sweat in response to these tests-evidence suggesting a post-synaptic lack, or malfunction, in the cholinergic receptors.
Once the association of sensory loss and anhidrosis is recognized the diagnosis can be in little doubt. The anhidrosis of ectodermal dysplasia is excluded by the clinical features of nail and hair abnormalities as well as the absence of sweat glands on skin biopsy. The other hereditary sensory neuropathies show different distributions of sensory loss, age of onset and nerve biopsy findings (table 1)7.
Hyperpyrexia is the only persistently related cause of death reported and it is noteworthy that our patient has survived through two extremely warm summers. The oldest reported patient is 31; she is wheelchair-bound because of bilateral recurrent hip dislocation and has a Charcot joint of the right shoulder but she continues to perform many activities of daily living8.
These patients present to dermatologists or paediatricians with recurrent and non-healing ulcers. Recognition of the diagnosis leads to management of the hyperpyrexia and prevention of its complications. Patients can also be considered for digit-saving measures such as dental clearance but most importantly the family can be given the financial and moral support needed. Damage due to a lack of fear of trauma is understandable but why these children should self-mutilate so progressively is still a mystery. Many extracolonic manifestations have been described in familial adenomatous polyposis (FAP). We report a case of salivary pleomorphic adenoma in association with FAP.
CASE HISTORY
In August 1979 a 15-year-old girl was referred because of mandibular exostoses and a family history of early death from colonic cancer. Investigation showed no evidence of colonic polyps. After five years the patient was lost to follow-up but she was seen again in 1993 with fresh rectal bleeding. Multiple polyps were found in the rectum and sigmoid colon but barium studies showed no evidence of malignancy. Osteomas of the skull and a frontal epidermoid cyst were found at a subsequent examination. Total colectomy and ileorectal anastomosis was performed in October 1993 and she remained well until June 1994 when she was found to be hypertensive and was started on antihypertensive treatment. One year later an irregular suprapubic mass could be palpated and the mandibular exostoses had enlarged. Multiple osteomas, nasal polyps and a parotid swelling were found on computed tomographic (CT) scans of the head. Cytological analysis of a fine needle aspiration specimen from the parotid mass was reported as pleomorphic adenoma. Abdominal CT scans identified desmoid tumours in the rectus muscles and the small bowel mesentery and a large right ovarian mass was thought to be benign. An adrenal mass could also be identified and biochemical tests indicated a phaeochromocytoma. Multiple duodenal adenomatous polyps were found at upper gastrointestinal endoscopy.
Superficial parotidectomy was performed and a pigmented naevus was excised from the pre-auricular region overlying the pleomorphic adenoma. On histological analysis this was a nodular malignant melanoma of Breslow thickness 6 mm. Acute sciatica with an infective cause Med 1998; 91:87-88 Piriformis arises from the sacrum and passes laterally, posterior to the sacral plexus and through the greater sciatic notch, where it is accompanied by the sciatic and pudendal nerves. An abscess is a rare cause of the piriformis muscle syndrome, in which sciatic nerve entrapment causes pain in the gluteal region or lower back extending to the hip and posterior thigh. We report such a case.
A 16-year-old girl described the sudden onset of sharp pain in the lower back radiating into the right buttock and posterior thigh. The pain increased over the next 5 days such that she was unable to bear weight on the right leg. Urinary urgency developed and she became febrile (38.5°C) whereupon her general practitioner referred her to hospital; there she was catheterized for acute urinary retention (1 L residual volume). On examination she was in pain, with tenderness over the right gluteal region, and most comfortable lying on her left side; temperature was normal. All movements at the hip joint elicited pain, limiting tests of muscle strength. Tone and reflexes were normal apart from a reduced right ankle jerk. The plantar responses were flexor. Pinprick sensation was reduced in the right S3 and S4 dermatomes.
Routine haematological and biochemical parameters were normal including white cell count 6.4 x 109/L. Magnetic resonance imaging (MRI) of thoracic and lumbar spine was unremarkable and cerebrospinal fluid was normal. The erythrocyte sedimentation rate was 60mm/h and Creactive protein 67 mg/L. Blood cultures subsequently grew Staphylococcus aureus and a gadolinium-enhanced MRI scan of the pelvis revealed a septated, enhancing 4 x 5 x 3 cm lesion within the piriformis muscle. The sacral plexus and the origin of the sciatic nerve were displaced anteriorly.
Under computed tomographic (CT) guidance lOmL of purulent fluid was aspirated from the lesion. S. aureus with identical antibiotic sensitivity was cultured from aspirate and blood. She received intravenous flucloxacillin followed by oral flucloxacillin and fusidic acid over two months. Her pain settled with analgesics and she remained afebrile. A repeat enhanced MRI scan of the pelvis 2 weeks later showed complete resolution of the abscess. There was no recurrence or neurological deficit 1 year later. 
